INTRODUCTION {#sec1-1}
============

Woolly hair is a rare, congenital structural abnormality of scalp hair. The rate of hair growth is usually normal but the anagen phase is truncated, resulting in shorter hair. The hair shaft exhibits elliptical cross section, axial rotation and kink formation. There are mainly two types of woolly hair; the autosomal dominant woolly hair, also called hereditary woolly hair, and the less commoner autosomal recessive familial woolly hair. We herein describe a case of woolly hair with associated keratosis pilaris, periodontal changes, canaliform dystrophy of nails and recurrent bullous impetigo. Such a combination of findings has not been previously reported in literature.

CASE REPORT {#sec1-2}
===========

A 4-year-old boy, product of third degree consanguineous marriage, presented with history of light colored curly hair on the scalp and skin-colored pinhead type of raised lesions over the body since birth. The skin lesions began on the scalp and later spread to the whole body. He also gave a history of recurrent pus-filled lesions over the body since the age of 3 months. There was no delay in developmental milestones.

Examination revealed curled hypopigmented scalp hair \[[Figure 1](#F1){ref-type="fig"}\]. The scalp hairs were short and thinner in diameter. The body hair was also sparse, shorter and lighter in color. Multiple skin colored, spiny follicular papules were present over his scalp, back and arms \[Figures [2](#F2){ref-type="fig"} and [3](#F3){ref-type="fig"}\]. The eyebrows had sparse hair. Multiple bullae were present over his extremities, some of which were filled with yellow fluid with a positive hypopyon sign \[[Figure 4](#F4){ref-type="fig"}\]. There was canaliform dystrophy of the bilateral great toe nails \[[Figure 5](#F5){ref-type="fig"}\]. Dental examination revealed increased interdental spaces and dental caries \[[Figure 6](#F6){ref-type="fig"}\]. Eye examination was normal. There were no cardiac manifestations or any other systemic involvement.

![Woolly hair on the scalp with sparse eyebrow hair](IDOJ-4-222-g001){#F1}

![Keratosis pilaris lesions on the scalp](IDOJ-4-222-g002){#F2}

![Keratosis pilaris lesions on the trunk](IDOJ-4-222-g003){#F3}

![Bullous impetigo lesions on the forearms](IDOJ-4-222-g004){#F4}

![Canaliform dystrophy of bilateral toe nails](IDOJ-4-222-g005){#F5}

![Dental caries with increased interdental spaces](IDOJ-4-222-g006){#F6}

Investigations revealed normal hematological and biochemical parameters. Skin biopsy of the keratotic papules revealed features consistent with keratosis pilaris \[[Figure 7](#F7){ref-type="fig"}\]. Gram stain of pus from the bullous lesion revealed gram positive cocci, and the culture grew *Staphylococcus aureus*. Microscopy of hair revealed an elliptical cross-section, axis rotation and calibre variation. There was no evidence of trichorrhexis nodosa. X-ray chest, electrocardiogram and echocardiography were normal.

![Histopathology of keratosis pilaris lesion revealing characteristic features \[H & E, 40×\]](IDOJ-4-222-g007){#F7}

DISCUSSION {#sec1-3}
==========

Woolly hair is a rare congenital abnormality of the structure of scalp hair. It was first described by Gossage in 1907 in an European family.\[[@ref1]\] Woolly hair is extremely curly, with the average diameter of hair recorded up to a maximum of 0.5 cm. It is different from the curly hair of black people, in that the curled hair of black people lies separately while the curls of woolly hair usually merge.\[[@ref2][@ref3]\]

Woolly hair can appear as a part of systemic disease (Woolly hair syndrome) or without systemic findings (non-syndromic woolly hair). Non syndromic wooly hair can be inherited as either an autosomal dominant or recessive disorder. An earlier classification has described four types of woolly hair: hereditary woolly hair, familial woolly hair, symmetrical circumscribed allotrichia and woolly hair nevus.\[[@ref4]\]

Our patient, in addition to woolly hair, had widespread keratosis pilaris (involving the scalp, trunk and upper extremities), canaliform dystrophy of bilateral toe nails, dental changes in the form of increased interdental spaces and dental caries and recurrent bullous impetigo.

Autosomal dominant woolly hair has been reported in six generations of a German family. A dominant form of woolly hair has also been reported in an English family with associated ichthyosis and deafness.\[[@ref5]\] Additional features in a Dutch family with woolly hair included dental caries, acral keratoderma and facial abnormalities.\[[@ref6]\] A case of woolly hair with keratosis follicularis spinulosa decalvans, teeth abnormalities, scarring alopecia and ophthalmological abnormalities has also been reported. The dental abnormalities included agenesis, inclusions and malformed teeth.\[[@ref7]\] Another case of woolly hair associated with pachyonychia congenita, nail changes in the form of yellowish brown hypertrophy and wedge-shaped subungual hyperkeratosis of all 20 nails with natal teeth has been reported.\[[@ref8]\] A case similar to ours, but without the nail and teeth findings, has been described earlier by Devinder *et al*.\[[@ref9]\]

Two characteristic associations of woolly hair are Naxos disease and Carvajal disease. Naxos disease is characterised by woolly hair, palmoplantar keratoderma and dilated cardiomyopathy with right ventricular dysplasia.\[[@ref10]\] It is an autosomal-recessive disorder occurring due to mutation in the plakoglobin gene.\[[@ref11]\] Carvajal disease is similar clinically to Naxos disease, except for left ventricular involvement and presentation at a younger age, and it is due to mutation in the desmoplakin gene.\[[@ref12]\]

Acquired woolly hair occurs most commonly in the context of patterned hair loss. It may also be caused by drugs like valproate and retinoids.\[[@ref13]\] Our patient did not have any cardiac involvement and there was no history of any drug intake prior to onset of lesions.

To the best of our knowledge, woolly hair with a combination of associated findings in the form of keratosis pilaris, canaliform dystrophy of nails, dental changes and recurrent bullous impetigo occurring together has not been reported earlier in literature.
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